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Klinicke udaje

x 71-rocny muz s klinicky znamym a lieCenym karcinomom prostaty s MTS do LU, skeletu a
s generalizovanou LAP, ako aj recentne diagnostikovanym B-NHL typu CLL/SLL

x toho Casu zisteny tumor pfuc dolného laloka vpravo, preto vykonana:

A) na klinike pneumologie

x transtorakalna punkcna biopsia z TU DLPP

x EBUS-TBNAz LU etaze 11Rs

B) na kliniku HCH vykonana dolna pfucna lobektomia



Makropopis

1. Fixaciou deformovany a zle orientovatelny DLPP so svorkovanymi hiléznymi Struktarami a
s povrchovo ulozenou obrovskou TU masou (o max. diametri 13 cm) s drobnymi viacerymi
bradavcitymi nodularitami az cerebriformnym povrchom

2. V tuku ulozena jedna vacsia (do 1 cm) a 2 drobné paratrachealne LU

3. Styri fragmenty tuku a tkaniva zo subkarinalnych LU



Tumor DLPP
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Tumor DLPP

<
-
LH
t
o
P oy
AL & . 4
ol B
y y
¥ ,
g
3 L
Y
”- ’ o
o .
~ .
a A
.

oY 3

;
Al

- ‘Y

S T

. - & p

'l B -

‘ y
)



Tumor DLPP
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Tumor DLPP
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Tumor DLPP




Tumor DLPP
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VaSa diagnoza
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Proliferacna aktivita (index Ki-67)
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Pozitivha expresia AE1/AE3




Pozitivha expresia NKX3.1
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Sumarizacia imunoprofilu

x pozitivita : CD34, STAT-6 TUMOR

x negativita : LCA, NKX3.1, AE1/AE3 a CD56

x proliferacna aktivita (index Ki-67) je nizka (cca 5-10%)

x pozitivita : AE1/AE3, NKX3.1 ZI:AZOVE FORMACIE

x negativita : CD34, STAT-6, LCA a CD56

x proliferacna aktivita (index Ki-67) je zle kvantifikovatelna (cca do10%)



VaSa diagnoza




Diagnoza:

Obrovsky solitarny fibréozny tumor (SFT) pravého dolného laloka
pFuc o max. diametri 13 cm kombinovany s intratumoréznym
sporadickym metastatickym rastom klinicky znameho prostatického

karcindbmu (MTS v inom tumore).



Paratrachealna LU




Paratrachealna LU
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Pozitivha expresia CD20




Pozitivha expresia CD5
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Pozitivha expresia CD23




Pozitivha expresia monotypickeho c-Ig typu kappa




Sumarizacia imunoprofilu

x pozitivita : CD20, CD5, CD23, monotypicky c-lg typu kappa

x negativita : CD3, cyklin-D1 a ZAP-70



VaSa diagnoza




Diagnoza:

Parcialna infiltracia LU aj nami predtym verifikovanym malobunkovym
B-NHL zo spektra CLL/SLL, variant s plazmocytoidnou diferenciaciou (K+)
bez znamok blastickej transformacie €i metastatického postihnutia klinicky

znamym karcinébmom prostaty.



Transtorakalna punkcna biopsia z TU DLPP :
dva fixaciou deformované punkcné cylindre

o e A

Tms \ 3 B A 81.”,. ANES

»

§ % AN




Pozitivha expresia CD34




Pozitivha nuklearna expresia STAT-6




Sumarizacia imunoprofilu

xpozitivita : vimentin, CD99, CD34, STAT6 a len minimalne a slabo presvedcivo CD56 a
AE1/AE3

x negativita : LCA, dezmin, SMA, S100, synaptofyzin, FLI1 a NKX3.1

x proliferacna aktivita (index Ki-67) je velmi nizka (pod 5%)



Diagndza z malej bioptickej vzorky:

Limitovany material s obrazom, ktory vo vysetrenom rozsahu
zodpoveda malobunkovému nadoru s viacerymi imunoatributmi
solitarneho fibrézneho tumoru. Odporu¢ame potvrdit’ vySetrenim

celej TU masy.



Tri tenkoihlové aspiraty (EBUS TBNA) z LU etaze 11Rs

spracované formou 1 parafinového bloku




Pozitivha nuklearna expresia NKX3.1




Sumarizacia imunoprofilu

x pozitivita : NKX3.1, priCom spolahliva expresia prosteinu a PSA nebola zistena



Diagnd6za z malej vzorky (EBUS TBNA):

Vyrazne limitovany material so sporadickym vyskytom
nejednoznacne zaraditelnych abnormalit, ktorych imunoprofil ma
najskor vztah k diskrétnej propagacii klinicky znameho
prostatického karcinému.



SFT (M8815/1)

lokalizovany fibrézny TU, pleuralny fibrom, fibrozny mezotelidm, hemangiopericytom, giant cell angiofiboréom

x zvyCajne neopuzdreny, dobre ohrani¢eny fibroblasticky/ ,soft tissue“ TU s variabilnou
celularitou a fibrézou, ako aj napadnou vaskulaturou vzhladu jelenich parohov (hemangiopericytoma-like)
x M=F; vrchol vyskytu 40-70 rokov

x mobze sa vyskytovat kdekolvek — pleura (30%), meningy (27%), brusna dutina (20%), trup
10%, koncatiny (8%), H&N (5%)

x zvacCSa exofyticka lézia na ser6znom povrchu (1-40 cm v najvacsom priemere s medianom 5-
8 cm)

x storiformne alebo v kratkych fascikuloch usporiadané uniformné vretenovité a ovoidné bb.,

Casto vo vazbe na hyalinizované cievy



SFT (M8815/1)

lokalizovany fibrézny TU, pleuralny fibrom, fibrozny mezotelidm, hemangiopericytom, giant cell angiofiboréom

x imunoprofil :nadorové bb. typicky exprimuju CD34 (85-95%) a STAT6 (vysokosenzitivny a
Specificky), dalej bcl-2 a CD99

x takmer patognomickeé je génoveé preskupenie NAB2-STAT6

x su zvyCajne asymptomatické, pomaly rastuce nadory, ktoré su Casto objavené ako nahodny
nalez

x zriedka metastazuju

x 1 riziko rekurencie a maligneho spravania (MTS) - starSi vek (> 55 rokov); vacSia velkost TU
(> 5 cm); 1 celularita; 1 MAI (=24/10HPFs alebo > 2 mitdzy/2mm?); cytologické atypie
(pleomorfizmus jj.), nekrozy (= 10%); infiltrativny rast

x rekurencia sa vyskytuje v cca 10-25% pripadov



SFT: histologické varianty

1. Lipomatdzny variant (fat forming, lipomatézny HPC) obsahuje variabilné mnozstvo tukovych
buniek v strome

- zvyC€ajne postihuje hlboké makko-tkanivove Struktury (o€nica, krk, priusna zfaza, mediastinum,
zaludok, retroperitoneum, paratestikularne makké tkanivo a stehno)

2. Variant bohaty na obrovské bunky (giant cell —rich, giant cell angiomyofibrom), predtym
znamy ako angiofibrom obrovskych buniek

- poCetné obrovské viacjadrové bunky vystielajuce pseudovaskularne priestory

- vacsinou postihuje periorbitalne makké tkanivo

3. Dediferencovany variant je extrémne zriedkavy - prechod do low-/ high-grade sarkomu, v
primarnych alebo rekurujucich TU, mozna stratu IHC expresie CD34 a STAT-6

4. ,Malobunkovy“ variant — va¢sinou hypercelularna forma, vykazuje malobunkovu morfolégiu
(malé okruhle bb. s hyperchromaziou jadier)



SFT : diferencialna diagnostika

vek lokalizacia histoldgia IHC mol.-genetika
Synovidlny sarkém, Adolescenti, mlady dospely Makké tkaniva koncatin ZvézKy a hniezda SYT +, TLE1+, SYT-SSX1/2
mor‘lofaZiCky (fingers, hand uniformnych spindle cells EMA+, CK+,
foot), Head and & Neck .vzhlad rybej kosti, HPC like SIVAVIGE
cievy
stromal hyalinized hrubé
kolagénové pruhy
MPNST 20-50 Trup a koncatiny, H&N Hypercelularne a S100 + (< NF1, CDKN2A/
(median 35) hypocelularnezvazky 50%), CDKN2B,
vretenovitych buniek SOX10 + (< PRC2 core
(mramorovany vzor), 70%) components (EED
perivaskularna akcentacia, GFAP+ (20— or SUZ12)
vaskularne ako HPC vzor, 30%) mutations
zvySenie mitdz, geo-graficka H3K27me3 loss
nekréza,
Dediferencovany 27-81 Retroperitoneum, Fascikle, hniezda atypickych MDM2+, MDM2 & CDK4
Iiposarkc’)m (median 52 spermatic cord and spindle cells spolu s CDK4+, pl6+, amplification
zriedkavo mediastinum, lipogennou komponentou s CD34+/-,
H&N, trup atypiami STAT6-/+
Sarkomatoidny 41-94 Pleura, Peritoneum Fascikle, haphazardne CK+, EMA+, BAP mutation
mezoteliém (median 70) atypické vretenovité bunky s D2-40 +,
narastom poc¢tu mitéz. Husto Calretinin+,
kolagenizovana stréma s WT1+
hypocelularnymi usekmi
atypickych vretenovitych bb.
pri desmoplastickom
mezoteliome
Soft Tissue Middle age, Zvycajne podkoZie koncatin, Variably myxoid to EMA —/+, AHRR-NCOA2
Angi ofibroma peak in 60th najmé okolo velkych kibov collagenous CD34 —/+
decade stroma, branching capillary
network & uniform bland
spindle
cells with ovoid or tapering
nuclei.
Perivascular collagenization
Spindle Cell lipoma 40-60 Subcutis of posterior neck, hort fascicles of bland CD34+, ASMA RB1 deletion
upper back & shoulders spindle -, Desmin -,
Face, scalp, orbit, oral cells with short stubby nuclei, S100

cavity & extremities rarely
involved

variable number of
adipocytes,

and ropy collagen bundles.
Fibromyxoid stroma, mast
cells




vek lokalizacia histologia IHC mol.-genetika
Myofibroma First decade Skin & subcutis of istinctive biphasic pattern ASMA+/-, Nil
(< 2 years) extremities, head & neck & with CD34 -/+,
Adults trunk. nodules comprising of Desmin +
Infantile cases involve immature
liver, heart, GIT, brain, bone spindle cells in center with
HPC-
like vasculature and whorls
of
myoid cells at periphery with
a
basophilic pseudochondroid
appearance
Myofibroblastoma 50-60 Most cases involve short fascicles of spindle CD34+, RB1 deletion
(median 54) Inguinal/groin area (vulva/ cells with Desmin +
vagina, perineum, and short stubby nuclei, ASMA+/-
scrotum) interspersed
broad collagen bands &
variable
admixture of mature
adipocytes
Cellular 5th decade Vulvovaginal/ Randomly distributed short, ER & PR + RB1 deletion
angiofibroma in women, inguinoscrotal & intersecting fascicles of (50%), CD34+/
7th decade paratesticular region spindle -, Desmin
in men cells containing stubby —/+, ASMA-/+
nuclei.
Scattered medium sized
hyalinized
vessels. Wispy stromal
collagen
Deep fibrous 6-84 Extremities followed by niformly cellular storiform to CD34 + (40%), Nil
histiocytoma (median 37) head and neck region short fascicular pattern of ASMA f+/-
plump
Dermatofibrosarcoma 20-40 runk, proximal Dermal uniform spindle cells CD34+, COLIA-PDGFB
extremities, head and arranged in storiform, whorls ASAMA +/-,
Protuberans neck region, genital area, & STAT6 -
the breast, and at acral sites short fascicles. Infiltration of
results
in “honeycomb” appearance.
Cellular schwannoma 40-60 Paravertebral, Pedominantly or exclusively S100+, NF2 mutations
retroperitoneum, pelvis & composed of Antoni A areas SOX10+,
mediastinum with STAT-6-

interlacing fascicles of
spindle cells

having tapered nuclei.
Hyalinized

vessels are focally seen
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Dakujem za pozornost



